Volume Contents 
Volume 4 Number 1 


V Dubowitz 1 Commentary from the Editor 


Review Article 


N H Herzberg, P A Bolhuis, 3 Cultured human muscle cells and respiratory chain 
C van den Bogert and deficiencies 
P G Barth 


Lesson for the Month 
L Merlini 13. Calf myopathy with a twist 


Research Papers 
PJHJongen,F WAHeessen, 17 Coxsackie B1 virus-induced murine myositis: 
H J ter Laak, J M D Galama relationship of disease severity to virus dose and 
and F J M Gabreéls antiviral antibody response 


L A Wilson, L Dux, B J Cooper, Experimental regeneration in canine muscular 
V Dubowitz and C A Sewry dystrophy—2. Expression of myosin heavy chain 
isoforms 


D G Palmer, P R Dorling and 


Bovine glycogenosis type Il: the molecular defect 
J McC Howell 


in Shorthorn cattle 


Y Yamanouchi, Y Mizuno, 


Selective defect in dystrophin-associated glyco- 


H Yamamoto, M Takemitsu, proteins 50DAG (A2) and 35DAG (A4) in the 
M Yoshida, | Nonaka and dystrophic hamster: an animal model for severe 
E Ozawa childhood autosomal recessive muscular dystrophy 


(SCARMD) 


G Ahlberg, F Jakobsson, 55 Distribution of muscle degeneration in Welander 
A Fransson, A Moritz, K Borg distal myopathy—a magnetic resonance imaging 
and L Edstrom and muscle biopsy study 


A AW M Gabreélis-Festen, 
F J M Gabreéls, 

F G | Jennekens and 

T W Janssen-van Kempen 


The status of HMSN type Ill 


Workshop Reports 
C Wallgren-Pettersson and 71. Report on the 20th ENMC sponsored international 
N S T Thomas workshop: myotubular/centronuclear myopathy 


V Dubowitz 75 22nd ENMC sponsored workshop on congenital 
muscular dystrophy held in Baarn, The 
Netherlands, 14-16 May 1993 


PW Lunt 83 Report of the sixth international workshop on 

facioscapulohumeral muscular dystrophy: San 
Francisco, 11 November 1992; and current guide- 
lines for clinical application of DNA rearrange- 
ments at locus D4S810 


Letter to the Editor 


C Granata, S Giannini, 87 Early surgery in Duchenne muscular dystrophy. 
A Ballestrazzi and L Merlini Experience at Istituto Ortopedico Rizzoli, Bologna, 
Italy 


Neuromuscular Disorders: 
Gene Location 


Book Reviews 


Volume 4 Number 2 


Research Papers 


TR Helliwell, NguyenthiMan 101 Expression of the 43 kDa dystrophin-associated 
and G E Morris glycoprotein in human neuromuscular disease 


K Matsumura, F M S Tomé, 115 Expression of dystrophin-associated proteins in 
H Collin, F Leturcq, dystrophin-positive muscle fibers (revertants) in 
M Jeanpierre, J-C Kaplan, Duchenne muscular dystrophy 

M Fardeau and K P Campbell 


C A Sewry, A Sansome, Deficiency of the 50 kDa dystrophin-associated 


K Matsumura, K P Campbell glycoprotein and abnormal expression of utrophin 
and V Dubowitz in two South Asian cousins with variable expres- 
sion of severe childhood autosomal recessive 


muscular dystrophy 


J W Griffin, R E Tooms, Eccentric and concentric muscle performance in 
R Vander Zwaag, M L O’Toole patients with spastic paresis secondary to motor 
and T E Bertorini neuron disease. A preliminary report 


J F Nielsen and J Jakobsen 139 A Danish family with limb-girdle muscular 
dystrophy with autosomal dominant inheritance 


G Piccolo, G Azan, P Tonin, Dilated cardiomyopathy requiring cardiac trans- 


E Arbustini, A Gavazzi, plantation as initial manifestation of Xp21 Becker 
P Banfi, M Mora, L Morandi type muscular dystrophy 
and S Tedeschi 


N H Thomas, J Z Heckmatt, Continuous muscle fibre activity (Ilsaacs’ syn- 
E Rodillo, Y F Ransley and drome) in infancy: a report of two cases 
V Dubowitz 


Workshop Report 
T L Munsat 


International SMA Consortium 
A J Larner 


Letter to the Editor 


Neuromuscular Disorders: 
Gene Location 


97 
iv 


Book Reviews 165 
ENMC News 169 
Volume 4 Number 3 


Research Papers 

C Dubois, D Figarella-Branger, 171 
C Pastoret, C Rampini, 

G Karpati and G Rougon 


G Goldspink, K Fernandes, 183 
PE Williams and D J Wells 
H S Alameddine, B Quantin, 193 


A Cartaud, M Dehaupas, 
J L Mandel and M Fardeau 


M Schleef, C Ziihike, F Schoéffl 205 
and H Jockusch 


S Orimo, R Koga, K Goto, 

K Nakamura, M Arai, M Tamaki, 
H Sugita, | Nonaka and 

K Arahata 


219 


R M Quinlivan, S A Robb, 
S M Hall, M Honavar, 
R AC Hughes and V Dubowitz 


227 


F Muntoni, G Catani, 

A Mateddu, M Rimoldi, 

T Congiu, G Faa, M G Marrosu, 
C Cianchetti and M Porcu 


233 


F Dworzak, F Casazza, M Mora, 243 
R De Maria, E Gronda, 

G Baroldi, M Rimoldi, 

L Morandi and F Cornelio 


D Vilozni, E Bar-Yishay, | Gur, 
Y Shapira, S Meyer and 
S Godfrey 


249 


Case Reports 
R J Barohn, R A Brumback 
and J R Mendell 


257 


H Topaloglu, S Gégiis, 263 
K Yalaz, T Kiciikali and 


A Serdaroglu 


Workshop Reports 


F GI Jennekens 269 


Expression of NCAM and its polysialylated isoforms 
during mdx mouse muscle regeneration and in 
vitro myogenesis 


Age-related changes in collagen gene expression 
in the muscles of mdx dystrophic and normal mice 


Expression of a recombinant dystrophin in mdx 
mice using adenovirus vector 


Subtractive cDNA cloning as a tool to analyse 
secondary effects of a muscle disease. Charac- 
terization of affected genes in the myotonic ADR 
mouse 


Immunohistochemical analysis of perforin and 
granzyme A in inflammatory myopathies 


infantile axonal neuropathy in two siblings 


Familial cardiomyopathy, mental retardation and 
myopathy associated with desmin-type inter- 
mediate filaments 


Lysosomal glycogen storage with normal acid 
maltase: a familial study with successful heart 
transplant 


Computerized respiratory muscle training in 
children with Duchenne muscular dystrophy 


Hyaline body myopathy 


Two siblings with nemaline myopathy presenting 
with rigid spine syndrome 


19th ENMC workshop on neurotrophic factors and 
lower motor neurone diseases 


v 


A 
| | 
caf 
| 


L T Middleton 273 23rd ENMC workshop on rare neuromuscular 
diseases 


Neuromuscular Disorders: 
Gene Location 


Mitochondrial 
Encephalomyopathies: 
Gene Mutation 

Book Reviews 
Announcement 
Volume 4 Number 4 
Editorial 


Editorial Announcement 


C. Angelini Preface 


Introduction 
AEH Emery 301 Some unanswered questions in Duchenne 
muscular dystrophy 


Review Article 


O Hardiman 305 Dystrophin deficiency, altered cell signalling and 
fibre hypertrophy 


Research Papers 
K Tanji, S Sancho and 317 Innervation of MyoD-converted human amnio- 


AF Miranda cytes and fibroblasts by fetal rodent spinal cord 
neurons 


J R M Gorospe, M Tharp, Dystrophin-deficient myofibers are vulnerable to 
T Demitsu and E P Hoffman mast cell granule-induced necrosis 


F A Saad, G Vita, A possible missense mutation detected in the 
L Toffolatti and G A Danieli dystrophin gene by double strand conformation 
analysis (DSCA) 


F MS Tomé, K Matsumura, Expression of dystrophin-associated glyocopro- 
M Chevallay, K P Campbell teins during human fetal muscle development: a 
and M Fardeau preliminary immunocytochemical study 


C Angelini, M Fanin, 349  Clinical-molecular correlation in 104 mild X-linked 
E Pegoraro, M P Freda, muscular dystrophy patients: characterization of 
M Cadaldini and F Martinello sub-clinical phenotypes 


N Bresolin, E Castelli, Cognitive impairment in Duchenne muscular 
G P Comi, G Felisari, dystrophy 

A Bardoni, D Perani, F Grassi, 

A Turconi, F Mazzucchelli, 

D Gallotti, M Moggio, A Prelle, 

C Ausenda, G Fazio and 

G Scarlato 


298i 
é 
vi : 


G Nigro, L Politano, 
V Nigro, V R Petretta and 
L 1 Comi 


Case Reports 

G Siciliano, M Fanin, 

C Angelini, L E Pollina, 

M Miorin, F A Saad, 

M P Freda and A Muratorio 


T Kyriakides, G Gabriel, 
A Drousiotou, 

M Meznanic-Petrusa and 
L Middleton 


Neuromuscular Disorders: 
Gene Location 


Mitochondrial 
Encephalomyopathies: 
Gene Mutation 


ENMC News 


Volume 4 Number 5/6 


C A Sewry, K Matsumura, 
K P Campbell and V Dubowitz 


U Lenk, R Hanke and A Speer 


M-P Chevron, F Girard, 
M Claustres and J Demaille 


N J Winand, M Edwards, 
D Pradhan, C. A. Berian and 
B J Cooper 


A J Tahmoush, K L Schaller, 
P Zhang, T Hyslop, 

T Heiman-Patterson and 

J H Caldwell 


E AM Janssen, G W Hensels, 
B A van Oost, B C J Hamel, 

S Kemp, F Baas, J W Weber, 
P G Barth and P A Bolhuis 


E Le Guern, N Ravise, 

M Gugenheim, A Vignal, 
C Penet, P Bouche, 

J Weissenbach, Y Agid 
and A Brice 


Mutation of dystrophin gene and cardiomyopathy 


Prevalent cardiac involvement in dystrophin Becker 
type mutation 


Dystrophinopathy presenting as congenital mus- 
cular dystrophy 


Expression of dystrophin-associated glycoproteins 
and utrophin in carriers of Duchenne muscular 
dystrophy 


Carrier detection in DMD families with point muta- 
tions, using PCR-SSCP and direct sequencing 


Expression and subcellular localization of dystrophin 
in skeletal, cardiac and smooth muscles during the 
human development 


Deletion of the dystrophin muscle promoter in feline 
muscular dystrophy 


Muscle sodium channel inactivation defect in para- 
myotonia congenita with the thr1313met mutation 


The gene for X-linked myotubular myopathy is 
located in an 8 Mb region at the border of Xq27.3 
and Xq28 


Linkage analyses between dominant X-linked 
Charcot-Marie-Tooth disease, and 15 Xq11-Xq21 
microsatellites in a new large family: three new 
markers are closely linked to the gene 


| 

: 

401 
vii 


LH Yamaoka, C A Westbrook, Development of a microsatellite genetic map span- 


M C Speer, J M Gilchrist, ning 5q31-q33 and subsequent placement of the 
E W Jabs, E G Schweins, LGMD1A locus between D5S178 and IL9 

J M Stajich, P C Gaskell, 

AD Roses and 


M A Pericak-Vance 


P E Jardine, M Upadhyaya, A scapular onset muscular dystrophy without 
J Maynard, P Harper and facial involvement: possible allelism with facio- 
PW Lunt scapulohumeral muscular dystrophy 


R Majumdar, V A Cwik and Evidence of two mechanisms of prostaglandin 
M H Brooke release in an in vitro model of muscle damage. 
Possible therapeutic implications 


S M Hassan, F G | Jennekens, Calcitonin gene-related peptide-like immunoreac- 
G Wieneke and H Veldman tivity in botulinum toxin-paralysed rat muscles 


N H Thomas and V Dubowitz 497 The natural history of type | (severe) spinal mus- 
cular atrophy 


L Merlini, L Morandi, Bethlem myopathy: early-onset benign autosomal 
C Granata and A Ballestrazzi dominant myopathy with contractures. Description 
of two new families 


R J Barohn, C E Jackson and Neonatal nemaline myopathy with abundant intra- 
K S Kagan-Hallet nuclear rods 


R Kay, Y-W Chan and The wasted leg syndrome, a single fibre electro- 
M S Schwartz myographic study of arms and legs 


Letter to the Editor 
J ignatius 527 The natural history of severe spinal muscular 
atrophy—further evidence for clinical subtypes 


Neuromuscular Disorders: 
Gene Location 


Mitochondrial 
Encephalomyopathies: 
Gene Mutation 


Euromyasthenia IV 


Volume Contents, Author 
Index and Key Word Index 
for Volume 4 


: 
| 

3 a= 
» 
= 
see 
viii 


